was found to be a partial heart-block -a right bundle branch block. Since then electrocardiograms taken periodically had shown no alteration in the condition. He regarded the present case as a similar one, namely, that there was originally a congenital lesion with a rheumatic affection superimposed.
Familial Amyotonia Congenita.-WILFRID SHELDON, M.D.-Patient, a boy, aged 3i years, was noticed at 6 montbs of age not to kick his legs about. The mother recognized the condition as being similar to that of two of her older children, and, in view of their fate, she did not seek advice for this child until he was 3 years old. Past illnesses: Measles, pertussis, chicken-pox and frequently bronchitis.
For the diagnosis of amyotonia congenita I am indebted to Dr. Kinnier Wilson, who kindly saw the case with me.
Present condition: Wasted, unable to sit up, to hold up his head, or to move his legs. The movements of the arms are slow and so weak that, when feeding, he requires the combined power of both arms to raise a fork to his mouth. There is considerable wasting of the muscles of the legs, trunk and arms. The tendon reflexes are absent; abdominal reflexes present; plantar responses flexor. There is well marked scoliosis, the chest is very flattened, and, in addition, the chest wall is curiously springy and resilient. The cranial nerves are normal, and the intelligence is satisfactory. Family History.-Patient is the fifth child. The first child, a girl, suffered from the same condition as the patient I am showing, and attended Dr. Pearson for several years at Great Ormond Street, where the diagnosis of amyotonia congenita was made. E-ventually the child was admitted to one of Dr. Barnardo's Homes, where she died when 5 years old.
The second child was noticed when 6 months old not to be using her arms or legs, although for a few weeks after birth she had kicked her legs about. Seen when 7 months old she was a fat baby, weighing 16 lb., but was unable to sit up or hold up her head. The muscles were all small and atonic. Except for slight movements of her hands and feet, her limbs wete immobile and flaccid. The reflexes were absent. The diaphragm and intercostals were noted to be weak. When 12 months old this child developed diphtheria and died in Croydon Fever Hospital. Her death was considered to be due to her generally weak state, rather than to the diphtheritic infection. At the autopsy the muscles were all noted to be small, but microscopic examination of them, or of the nervous system, was not carried out.
The third child, a boy aged five years, is perfectly healthy, and the fourth child, a girl, is also in good health.
The familial occurrence of amyotonia congenita in this family is established by the appearance of the disease in the first and fifth children. In the case of the second child, no definite diagnosis was made, although the mother is sure that the child had the same condition as her first and fifth children. From the available notes about the second child, it seems likely that the condition may have been a paralysis of the Werdnig-Hoffmann type, in which case the occurrence of this disease and also of amyotonia congenita in one and the same family lends some support to the view that these diseases are really identical.
Dr. W. G. WYLL.IE remarked on the fewness of familial cases of amyotonia congenita; not more than about twenty appeared to have been recorded. He was much interested in what Dr. Sheldon said as to the possible relationship of Oppenheim's and Werdnig-Hoffmann's diseases. An instance of twins was on record in which one of the twins was clinically a case of amyotonia congenita, the other being one of Werdnig-Hoffmann's disease. The histology seemed to be the same in both. So, thougb the clinical picture might vary, it was likely that Complaint.-Inability to use the right arm and leg.
Duration.-Five years. History of Present Illness.-At the age of four she had an attack of sore throat with feverishness. Result of examination of throat swab was positive for diplitheria. She was then a patient in a M.A.B. hospital for eighteen weeks.' On discharge the legs were very weak but there was apparently no difference between the two sides. After a few weeks, when the left leg had recovered, it was noticed that she limped with the right leg. The limb gradually got worse and the arm was affected later. The movements of the face were never obviously abnormal. There has never been any abnormality of speech. The condition of the arm and leg improved for a short time in hospital one year ago but has become worse since her discharge.
The child's education has been interrupted; during the past year she has attended a school for cripples and has made some progress, but is still in the infants' class. She is more emotional than the average child, and is regarded as "spoiled." Before the illness she was left-handed; and since its onset has not used the right hand excepting during the time she was in hospital.
Previous History.-The patient is the eldest child; was a seven months' baby; confinement normal; sat up at the usual time; cut her first tooth at eight months; talked first at twelve months; and walked at fifteen months. Up to age of four her development was normal. She had broncho-pneumonia when twelve months old, measles at three, diphtheria at four and chickenpox at eight years of age.
Family History.-Three other children; two healthy; one died at twelve months of broncho-pneumonia.
Condition on Examination.-The movements of the right side of face are weak, especially in the lower part. The tongue is protruded to the right. Other cranial nerves normal. Sensation normal.
Upper limbs: Left arm normal; right arm slightly abducted, flexed and semipronated at elbow, and flexed at wrist and finger-joints; motor power very limited, especially in fingers; muscle tone increased, especially in flexors. Deep reflexes exaggerated on right side. Slight shortening of right arm.
Lower limbs: Left leg normal; right leg held in a position of extension with inversion of foot: motor power poor, especially in flexion, and in eversion of foot; muscle tone increased both in the extensors and flexors, but more in the former. Knee-jerk much exaggerated, and ankle-jerk more active than on left side. Right plantar reflex extensor. left flexor. Slight shortening of the right leg. Abdominal reflexes less active on right side than on left. Gait: Dragging of right foot, swinging of right leg from hip, and rocking from side to side. Spontaneous movements: Spastic tremor of the right arm on effort, exaggerating usual position of the limb. Commentary.-Hemiplegia as a complication of diphtheria is a somewhat rare occurrence, of which J. D. Rolleston,2 writing in 1925, states that barely 100 cases have been recorded since the first example was described by Sir William Gull in 1859. Rolleston,3 who has recorded six cases, met with only eight examples in 11,313 cases of diphtheria admitted to hospital over a period of fifteen years.
The hemiplegia is vascular in origin and due either to embolism, thrombosis or hmemorrhage. Embolism appears to be the most frequent cause and was present in twelve of eighteen autopsies mentioned by Rolleston. Thrombosis is the probable cause in the present case. In all the recorded cases, the diphtheritic infection was of severe type and the complication usually developed within the firstsix weeks.
In the case shown, the hemiplegia was not definitely noticed until a few weeks after the patient had left hospital. The fact that the patient was detained in hospital for eighteen weeks suggests a severe illness, and the general weakness resulting may have masked the hemiplegia until she began to get about. There is also some mental impairment present, which has occurred in most of the recorded cases.
Di8cu&sion. -Dr. WYLLIE said he wondered whether congenital syphilis could have caused the hemiplegia; perhaps that disease had been latent and had been brought out by the diphtheria. The central incisors appeared to be Hutchinsonian in type. The Lange test was of the parasyphilitic type.
Dr. J. D. ROLLESTON asked if further details could be obtained from the hospital as to the character of the attack of diphtheria, and especially as to whether the child had any cardiac involvement at the time. It would be of interest to know whether she had suffered from any other paralysis.
Dr. WORSTER-DROUGHT (in reply) said that he would endeavour to ascertain from the hospital concerned the severity or otherwise of the attack of diphtheria and add the information to the notes.
The possibility of congenital syphilis had been considered, especially in view of the somewhat atypical history. It was a question of balance of evidence. Personally, he did not attach much importance to a Lange reaction of only 2; if it reached 3 in two or more tubes of the series, it would be more significant. There was nothing in the family history to suggest syphilitic infection, although it would be well to examine the blood of the parents. Subsequent Notes.-The patient was admitted to a M.A.B. Hospital on June 6,1924, with a very severe attack of faucial diphtheria, which was confirmed bacteriologically. She received 84,000 units of antitoxin in three doses. On July 7 she developed ptosis and strabismus, and on July 12 paralysis of the palate; on July 19 paralysis of the pharynx supervened and the patient was nasally fed. A few days later there was paresis of the diaphragm and respiratory muscles with occasional vomiting. On July 30 the patient's condition began to improve, and on August 2 she was able to take food by the mouth. The improvement continued and she was discharged from hospital on September 13 apparently free from paralysis. We are indebted to Dr. J. Wilkins for this information.
The examination of the cerebro-spinal fluid and blood has been repeated.
Cerebro-spinal fluid: 3 cells per c.mm.; all "small lymphocytes" ; total protein = 0'03 per cent.; no excess of globulin: Lange test = 0110000000; Wassermann reaction negative. Blood Wassermann reaction negative. In both the father and mother of the patient the Wassermann reaction in the blood is negative (January 31, 1929) .
Swelling of Left Thumb.-E. A. CROOK, M.Ch.-G. W., a girl aged 12 years. Twelve months ago she reported a painless swelling of the left thumb, also a painless fluctuating swelling in the right cheek. The appearance of the thumb and that shown by the radiogram pointed to tuberculous dactylitis. No organisms were found in the fluid from the face. The Wassermann reaction was negative. The thumb was treated by rest and Scott's dressing.
Five months ago no change was noted in the appearance of the thumb, but X-ray examination results suggested enchondroma rather than dactylitis.
One month ago the thumb appeared to be slightly less swollen, and the. X-ray finding was then in favour of dactylitis.
Mr. Waugh saw the case, and suggested that it might be a syphilitic dactylitis, rather than a tuberculous condition, because of the hard nature of the swelling of the bone, and the fact that it was more palpable at the ends of the phalanges, but having examined the skiagrams he now rather favours the view that it is tuberculous.
